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RelapseAbstract Objective: To describe a case of chronic lymphocytic leukemia relapses presenting as
bilateral acute otitis media with left facial paralysis.
Methods: Case report and review of the literature.
Introduction: Chronic lymphocytic leukemia is the most common leukemia in adults predomi-
nantly the elderly. Despite advances in treatment still chronic Lymphocytic leukemia is an incurable
disease; relapse of leukemia may occur several months to years after a complete remission.
Extramedullary manifestations of relapsed chronic lymphocytic leukemia (CLL) present with a
wide range of symptoms and signs yet involvement of temporal bone is a rare presentation of
the disease.9,10
We present a patient who was diagnosed with chronic lymphocytic leukemia (CLL) who pre-
sented with bilateral acute otitis media and mastoiditis with left facial paralysis.
ª 2015 Egyptian Society of Ear, Nose, Throat and Allied Sciences. Production and hosting by Elsevier
B.V. All rights reserved.1. Case presentation
A 63 year old Saudi male was admitted to our hospital on 1st
of June 2014 with signs and symptoms of bilateral otitis media.
He was complaining of 2 week history of progressive right
ear otalgia, otorrhea tinnitus and severe hearing loss despite
multiple courses of topical and oral antibiotics which were
given on outpatient basis, he also reported a history of left
ear otalgia accompanied by severe headache few days prior
to admission. No history of nasal obstruction, nasal discharges
or postnatal drip was observed.
He was diagnosed as having chronic lymphocytic leukemia
where he received chemotherapy and obtained a completehaematological remission in February 2013; he also a known
case of hypertension and type 2 diabetes mellitus controlled
with medication.
On examination upon admission the patient was found to
be febrile with his temperature being 38.7 C conscious, ori-
ented, eupneic, slightly pale. A thorough Head and Neck
examination revealed stenotic right external auricular canal
because of the polyp seen in the postero-superior portion
while only the antero-inferior portion of the tympanic mem-
brane was visible and it appeared normal with minimal
mucopurulent otorrhea. Left ear showed intact tympanic
membrane with swollen reddish large bullae (Fig. 1); facial
nerve was intact upon admission. Tuning Fork tests showed
positive bilateral while Rinne’s test and Weber’s test lateral-
ized to the right side. Nasopharyngoscopy showed mild left
deviated nasal septum, patent airway, clear osteomeatal com-
plex, and no nasopharyngeal mass. Neck examinationed.
Figure 1 Otoscopic examination of the left ear showing an intact
tympanic membrane with swollen reddish large bullae.
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tion was unremarkable.
Audiological assessment showed symmetrical mixed hear-
ing loss. A CT-scan of temporal bone showed opaciﬁcation
of the mastoid air cells and middle ear; no bony erosion was
found, not even in the ossicular chain (Fig. 2). The clinical
and radiological ﬁndings were suggestive of acute bilateral oti-
tis media, right more than the left together with intact seventh
cranial nerve.
The patient was admitted accordingly and it was decided to
start treatment with IV ceftriaxone and ampicillin initially then
shifted to tazocin 4.5 g IV q6hrly, but the complete blood
counts analysis shows hemoglobin 10.8 g/dL, leukocyte counts
of 33 · 103 and platelet counts of 49 · 103 with an ongoing
increase in leukocyte counts reaching 150 · 103 and he was
referred to the department of hematology in order to proceed
with the analysis.
On the third day of admission the patient developed grade 3
house Brackmann’s facial palsy and spontaneous nystagmus to
the left without gaze ﬁxation treatment with dexamethasone
4 mg q8hrly was started accordingly. He was submitted to
surgery on the ﬁfth day of admission as there was no improve-
ment nor beneﬁts from the medical management where he
underwent bilateral myringotomies and middle ear tissue biop-
sies. Histological examination showed a blast cell inﬁltration,
some of which granulated, suggestive of extramedullaryFigure 2 Axial CT scan (bone window) obtained at the level of
the cochlea shows opaciﬁcation of mastoid air cells.leukemia (Fig. 3) culture and sensitivity of the right middle
ear ﬂuid showed an Escherichia coli ESBL growth so antibiotic
changed into Imipenem accordingly by the infectious disease
collage.
The post-operative course of the patient was uneventful
with steady hearing loss and partial resolution of the facial
nerve paralysis upon starting of chemotherapy regimen.
2. Discussion
Chronic lymphocytic leukemia (CLL) is the most common
type of leukemia worldwide and represents about a quarter
of all leukemia seen in clinical practice, it is an indolent dis-
ease, more common in older people and affects adults over
the age of 55; it is rare among children in contrast to the acute
types of leukemia. CLL affects men two to three times more
often than women.9,10 Chronic lymphocytic leukemia (chronic
lymphoid leukemia, CLL) also known as B-cell Lymphocytic
Leukemia is a monoclonal disorder characterized by a progres-
sive accumulation of functionally incompetent lymphocytes
exclusively of B-cell origin. Chronic lymphocytic leukemia
(CLL) is the most common type of leukemia worldwide and
represents about a quarter of all leukemia seen in clinical prac-
tice, it is an indolent disease, more common in older people
and affects adults over the age of 55; it is rare among children
in contrast to the acute types of leukemia. CLL affects men
two to three times more often than women. Despite advances
in treatment, chronic lymphocytic leukemia is still an incurable
disease; relapse of leukemia may occurs several months to
years after a complete remission. Extramedullary accumula-
tion of leukemia cells occurs in acute lymphocytic leukemia
(ALL) and chronic lymphocytic leukemia (CLL) also but
virtually always in patients with an established diagnosis of
leukemia rather than relapse stage and this makes the diagno-
sis in lymphoid leukemia less difﬁcult than it sometimes is in
myeloid leukemias. Extramedullary manifestations of relapsed
chronic lymphocytic leukemia (CLL) are not unusual however
leukemic involvement of the temporal bone is rare.
Extra medullary manifestations can occur in any part of the
body but the most common site is the skin and its appendages
and the second common site is the orbit, followed by other
head and neck sites and the central nervous system. The most
common leukemic involvement in the head and neck is
lymphocytic inﬁltration of the lymphoid tissues in the oralFigure 3 Histologic section demonstrating the sheets of lym-
phocytic cells, with cytoplasm granulated, consistent with a
diagnosis of lymphocytic leukemia, high/low.
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illa, paranasal sinus, gingiva and temporal bone all have been
documented in the literature. As it is mentioned earlier
leukemia inﬁltration of the temporal bone is uncommon but
reported from time to time especially from nonindustrialized
countries.
The involvement of temporal bone in leukemia has been
reported since the beginning of this century on post-mortem
examinations, the ﬁrst clinical case dates back to 1950s.
Leukemic cell can affect the external, middle ear and rarely
the inner ear as far as the petrous apex. Temporal bone
involvement may present in a variety of ways.6,7 The most
common presenting symptoms include conductive or
sensorineural hearing loss, otalgia, otorrhea, an aching post-
auricular swelling, facial nerve paralysis, acute hemorrhagic
or serous otitis media with effusion and acute mastoiditis.
The latter occurs either as results of subsequent leukemia
inﬁltration in the mucoperiosteum of tympanomastoid com-
partment, bacterial superinfection or hemorrhage.
Paparella and colleagues8 studied the temporal bone and
ear at autopsy in 25 patients with leukemia and found leuke-
mia inﬁltration of the external ear in 1 of 14 patients of acute
myeloid leukemia (AML) and 2 of 8 with acute lymphocytic
leukemia (ALL). The middle ear was inﬁltrated in 5 of the
patients with acute lymphocytic leukemia (ALL) and in 3 with
acute myeloid leukemia (AML). The inner ear was inﬁltrated
in one patient with acute lymphocytic leukemia (ALL) and
the facial cranial nerve was inﬁltrated in 7 patients with acute
myeloid leukemia (AML), 3 with acute lymphocytic leukemia
(ALL) and one with chronic myeloid leukemia (CML).
Nageris et al. reported a case who presented with sudden
onset deafness as the initial manifestation of chronic lympho-
cytic leukemia presumed to be due to the inﬁltration of the
cochlear duct or the 8th cranial nerve1 while Martı´n-
Herna´ndez and colleagues reported a case of a patient who
presented with vestibular deﬁcit of the right ear as initial symp-
tom of chronic myeloid leukemia attributed to the hyperviscos-
ity syndrome that leads to alterations in the circulation of the
vertebrobasilar area.2
In global terms most leukemia patients present with oto-
logical symptoms or signs between 16% and 48%3 and it is
more common in patients with acute leukemia than in patients
with chronic leukemia4,5 and as initial appearance of the leuke-
mia rather than relapse symptoms.
Acute mastoiditis with facial palsy as the ﬁrst sign for
chronic lymphocytic leukemia relapse is extremely rare; we
have not found any article that shows the presence of atypical
mastoiditis in the initial symptoms of chronic lymphocytic leu-
kemia relapse although many of them describe atypical mas-
toiditis with chronic lymphocytic leukemia either as post
mortem ear autopsy examination or as initial presenting symp-
toms of leukemias. However, none of them report a case of
acute mastoiditis with facial nerve paralysis as the presenting
symptom of chronic lymphocytic leukemic relapse like one of
the patients we present in our study.
Our patient had a history of acute mastoiditis with facial
palsy and the presence of leukocytosis with high ESR; his
CT scan was showing an opaciﬁcation with loss of the mastoid
air cell trabeculation, we decided to take biopsies and perform
myringotomy for our patient because both his ears’ exam was
consistent with acute infection with cranial neuropathies and
the patient had a known immunocompromised conditionand to exclude other destructive systemic diseases that may
mimic temporal bone leukemia inﬁltration; keeping in mind
base of skull osteomyelitis on top of our lists.
Surgical intervention for such patients is not without risks;
it is always advisable to limit surgical procedures for cases of
suspected leukemia as the main stay of management would
be medically while the surgical intervention is restricted for
obtaining tissue biopsies in diagnostic dilemmas or for drain-
ing infection and reducing neoplastic inﬁltration before the
induction of chemotherapy and/or radiotherapy.
3. Conclusion
High index of suspicion must be maintained when evaluating
patients with chronic lymphocytic leukemia or relapsed
chronic lymphocytic leukemia (CLL) for mastoiditis with
facial palsy11; lymphoproliferative temporal bone metastasis
though it is uncommon but it should be considered in the
differential diagnosis. A complete clinical, audiological,
hematological and radiological workup and evaluation is
crucial prior to any surgical intervention.
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